A fourteen-month-old boy was brought for evaluation of developmental delay. His birth history was normal. He was diagnosed to have bilateral congenital glaucoma and underwent bilateral trabeculectomy on day six of life. He started having seizures from the age of one month. Seizures were focal, sometimes involving right and sometimes left upper and lower limb for which phenytoin and phenobarbitone were started. Despite good compliance with antiepileptics, he continued to have breakthrough seizures once every two months. Global developmental delay was present with developmental age around five months. On examination, bilateral facial nevus (port-wine stain) was present involving the entire face and extending upto the trunk and right hand \[[Figure 1](#F1){ref-type="fig"}\]. Tone was increased in all four limbs. Power was normal in all four limbs with brisk deep tendon reflexes. Rest of the systemic examination was normal. A computed tomography scan of the brain showed moderate dilatation of bilateral lateral and third ventricles with severe bilateral cerebral atrophy. Evidence of bilateral gyral pattern curvilinear calcification (tram-track appearance) was present \[[Figure 2](#F2){ref-type="fig"}\]. In the above clinical scenario, the findings were suggestive of bilateral Sturge-Weber syndrome.

![Clinical photo of the patient showing facial nevus (port-wine stain) bilaterally along the distribution of all three branches of the trigeminal nerve](JPN-6-114-g001){#F1}

![Computerised tomography scan of the brain showing moderate dilatation of bilateral lateral ventricles, third ventricle with severe bilateral cerebral atrophy. There is evidence of bilateral gyral pattern curvilinear calcification (tram-track appearance)](JPN-6-114-g002){#F2}

Sturge-Weber syndrome (SWS), also called 'encephalotrigeminal angiomatosis', is a rare congenital neurocutaneous disease with an estimated incidence of one in 50,000 births.\[[@ref1]\] The most characteristic feature is the presence of unilateral facial nevus with ipsilateral intracranial calcifications.\[[@ref1]\] However, different variants of SWS have recently been reported in the literature.\[[@ref2]\] Our case is interesting due to the presence of bilateral facial nevus and bilateral extensive intracranial calcifications appearing before 2 years of age, which are seen in only 15% of cases.\[[@ref3][@ref4]\] The early onset of seizures prior to the age of 2 years is related to a poor prognosis with mental retardation and refractory epilepsy because of the larger involvement of brain dysfunction.
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